Paget's disease of the anus is a rare perianal disorder and was first reported by Darier and Coulillaud in 1893 1 , 19 years after Sir James Paget described the characteristic breast lesion". It can be difficult to diagnose clinically because of the varying duration and degree of secondary infection presenting an innocuous appearance similar to various forms of eczema.
From a case presented to Section of Coloproctology, 24 April 1984 Case report Mr J B, aged 77 years, was first seen in July 1975 with a 2-year history of itching and pain on defaecation. Examination revealed a wart-like lesion perianally extending into the anus (Figure 1 ). Excision biopsy was performed and the lesion histologically proved to be Paget's disease of the anus (Figure 2) . He was considered for radiotherapy, but it was decided to use this form of treatment only if the lesion recurred.
Two years later in the clinic, he was noted to have a tight anal canal which responded to intermittent dilatation. In 1979 perianal inflamation and fissuring was recorded and treated symptomatically. In September 1981, examination revealed curcumferential involvement of the perianal skin with Paget's disease again and it was treated with local radiotherapy, the course being completed in December 1981. Following this he needed intermittent dilatation again. In October 1982 because of difficulty and pain on defaecation a lateral sphincterotomy was performed and further biopsies taken. There was no evidence of active Paget's disease, only inflammation. The sphincterotomy site took some time to heal following which he seemed improved though rectal washouts were needed to assist complete evacuation. In June 1983, he was admitted with chronic constipation and manual evacuation proved unsuccessful. He needed whole gut irrigation to clear him out and was discharged on bran and Isogel. Follow-up confirmed he had good sphincter tone but poor perianal musculature. Rectal examination revealed a large ball of soft faeces which he seemed unable to express. Rectal washouts by a district nurse were arranged but were discontinued by the patient. At his next clinic visit he was found to be incontinent of faeces with severe soiling of his clothes, yet rectal examination revealed good sphincter tone. After full discussion with his family, it was discovered that he was soiling himself most of the time and his general condition had deteriorated. It was suggested he would have a better life-style with a colostomy and this was performed at the end of April 1984. He has since been very well and managing the stoma himself, His anus is normal and biopsies have been negative.
Discussion
Paget's disease of the anal margin appears in three forms; an invasive, an in situ, and a non-invasive non-situ form. It is not clear whether these represent different diseases or whether they are the same disease in different stages of development.'.
Although Paget's disease of the anus is rare, less than 50 cases have been reported, pruritis ani which is the commonest presenting symptom is encountered frequently and is usually treated without recourse to biopsy. Ifprognosis is to be improved, diagnosis of patients with persistent pruritis ani must be reached, and this will only be possible by biopsy and histological examination. 0141-0768/91/ 020112-02/$02.00/0 © 1991 The Royal Society of Medicine Wide local excision would appear to be the treatment of choice for patients with non-invasive Paget's disease of the anal margin without co-existing visceral malignancy. However, Armitage et al. report a high recurrence rate despite wide local excision. Although radiotherapy has been said to be followed by recurrent disease in all cases, in the case reported there has been no sign of recurrence following his radiotherapy.
As the risk of developing cancer is substantial amongst patients with Paget's disease of the anal margin, effective cancer prophylaxis implies very close follow-upexaminations and these should continue probably for ever as recurrences have occurred up to 8 years after the treatment". Br J Surg 1988; 75:1089 -92 (Accepted 4 October 1990 Case presented to Clinical Section 11 April 1986
Small left colon syndrome
Case report A boy weighing 2.15 kg born prematurely at 35 weeks, vomited bile-stained fluid 8 hours after birth. There was no family history of diabetes. The abdomen was distended, loops of bowel were palpable, and no meconium had been passed. Abdominal X-ray revealed a distended right and contracted left colon with a transition zone at the splenic flexure. The small left colon was confirmed on a subsequent contrast enema (Figure 1 ). A rectal suction biopsy was taken to exclude aganglionosis and ganglion cells were found.
The clinical features of colonic obstruction progressed and at laparotomy on the second day the small bowel was normal, but the caecum, ascending and transverse colon were distended up to the splenic flexure beyond which the left colon appeared contracted. Muscle biopsies were taken from the sigmoid and transverse colon, and a right transverse defunctioning colostomy was established. Postoperative recovery was rapid, the colostomy was closed at six weeks, and one year later he is well, with a normal bowel habit.
Histochemical examination of the rectal suction biopsy revealed immature-looking ganglion cells in the submucosa. Ganglion cells in the sigmoid myenteric plexus were also smaller and less mature than neurones in the transverse colon.
Discussion
Small left colon syndrome is a distinctive clinical condition-" presenting shortly after birth with large bowel obstruction and a characteristic barium enema appearance. Long segment aganglionosis and cystic fibrosis should be excluded. In the first report of SLCS I 40% of the patients were born to diabetic mothers. An increased incidence has also been noted following toxaemia of pregnancy, Figure 1 . Contrast enema radiograph ofcontracted left colon with a transition at the splenic flexure to dilated transverse colon prematurity, and caesarean section. Initially it was considered to run a benign clinical course, but colonic perforations do occur 4 • 5 and patients may need defunctioning colostomy for progressive obstruction. The colostomy may be closed 2-6 months later.
Although the aetiology is unknown, SLCS has also been reported in association with hypothyroidism, hypermagnesaemia, psychotropic and ganglion blocking drugs. Abnormalities of meconium" were thought to be secondary to reduced bowel motility and increased water absorption. Davis':" described the presence of immature neurones in both the contracted left and dilated right colon, but other reports are at variance with this. Burghaighis? described 27 neonates with bowel obstruction and immaturity of the colorectal myenteric plexus. In a significant number the neurones failed to mature and was associated with a poor clinical outcome. Some premature infants have been described with a more extensive microcolon and a transition zone in the right colon'-". This led to the suggestion that hindgut neurones were the last to mature and that these immature neurones were unable to function normally.
